Heart with a trunk: form fruste of Cantrell's Syndrome by Quandt, Daniel et al.
Papp Z, Paulus W, Stienen GJ, Marston SB, van der Velden J. Myofilament dysfunc-
tion in cardiac disease from mice to men. J Muscle Res Cell Motil 2008;29:189–201.
23. Edwards AV, White MY, Cordwell SJ. The role of proteomics in clinical cardiovas-
cular biomarker discovery. Mol Cell Proteomics 2008;7:1824–1837.
24. Maisel AS, Bhalla V, Braunwald E. Cardiac biomarkers: a contemporary status
report. Nat Clin Pract Cardiovasc Med 2006;3:24–34.
25. Zhang H, Liu AY, Loriaux P, Wollscheid B, Zhou Y, Watts JD, Aebersold R. Mass
spectrometric detection of tissue proteins in plasma. Mol Cell Proteomics 2007;6:
64–71.
26. Marston SB, Redwood CS. Modulation of thin filament activation by breakdown
or isoform switching of thin filament proteins: physiological and pathological
implications. Circ Res 2003;93:1170–1178.
CARDIOVASCULAR FLASHLIGHT
. . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . . .
doi:10.1093/eurheartj/ehq316
Online publish-ahead-of-print 20 August 2010
Heart with a trunk: form fruste of Cantrell’s Syndrome
Daniel Quandt1, Hitendu Dave2, and Emanuela Valsangiacomo Buechel1*
1Division of Paediatric Cardiology, University Children’s Hospital, Steinwiesstrasse 75, 8032 Zurich, Switzerland and 2Division of Congenital Cardiovascular Surgery,
University Children’s Hospital, Steinwiesstrasse 75, 8032 Zuerich, Switzerland
* Corresponding author. Tel: +41 44 266 7519, Fax: +41 44 266 3350, Email: emanuela.valsangiacomo@kispi.uzh.ch
A newborn presented with a promi-
nent pulsatile supraumbilical tumour
which was initially diagnosed as umbili-
cal hernia by the caring paediatrician.
On referral, clinical examination
showed a subcutaneous pulse-
synchronous pulsatile mass with dia-
stasis of m. rectus abdominis (Panel
A). Echocardiography demonstrated
situs solitus with laevocardia and a
secundum atrial septal defect. The
apex of the left ventricle (LV) contin-
ued into a funnel-like diverticulum
running caudally and ending supraum-
bilically in a pulsatile bulbous vesicle
(Panel B). These findings were con-
firmed by cardiac magnetic resonance
(CMR), where the anatomical course
of the LV diverticulum was clearly deli-
neated (Panel C), and a defect in the
anterior midline abdominal wall, just
covered by the skin, visualized. Echo-
cardiography and CMR demonstrated
that the diverticulum was entirely
covered by myocardium, and there-
fore pulsatile. Surgical resection of
the LV diverticulum (Panel D) was per-
formed without the use of cardiopul-
monary bypass through a partial
inferior sternotomy, at the age of 3 weeks. Overlapping reconstruction of the abdominal wall without the use of any prosthetic
material was performed. Postoperative course was uneventful. The patient was discharged in good clinical condition and with a
normal cardiac function.
Cantrell’s pentalogy is a midline defect, including midline, suprapumbilical abdominal wall defects, a defect of the lower sternum, a
deficiency of the anterior diaphragm, a defect of the diaphragmatic pericardium, and congenital heart disease. Clinical presentation can
range from mild forms (fruste) similar to the case presented, to severe defects with omphalocoele, ectopia cordis, and more severe
congenital heart defects, such as tetralogy of Fallot.
Panel A: Clinical picture showing a diastasis of the m. rectus abdominis and a subcutaneous supraumbilical mass.
Panel B: Echocardiographic subcostal view showing the apex of the left ventricle continuing in a funnel-like diverticulum (**). Colour
Doppler demonstrates blood flowing into the diverticulum.
Panel C: 3DThree-dimensional reconstruction of cardiac magnetic resonanceCMR angiography delineates the entire course of the
LVleft ventricular diverticulum.
Panel D: Intra-operative view of the LVleft ventricular diverticulum before surgical resection.
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